tions, but these all return to normal within a week, 30 whereas low density lipoprotein cholesterol concentrations rise again more slowly. Whether procedures designed to selectively remove low density lipoprotein but conserve high density lipoprotein and other proteins will prove to be as or more effective than plasma exchange remains to be shown.3-33 Transplantation of the liver provides the most definitive approach to treatment currently available but necessitates long term immunosuppression, with its attendant drawbacks." 1 We conclude that plasma exchange every two weeks offers a safe and proved means of improving prognosis in homozygous familial hypercholesterolaemia with which all newer forms of treatment can be compared.
Introduction
It is not clear whether the al antitrypsin PiMZ heterozygous state predisposes to lung disease.`4 We report on a patient with the PiMZ phenotype who at the age of 36 had severe emphysema, evidence of hepatic cirrhosis, and complete heart block. Neither severe lung disease nor liver disease is a recognised feature of the PiMZ phenotype, and heart block has not previously been reported in association with partial a, antitrypsin deficiency. 
Comment
The PiMZ phenotype occurs in 3-4% of the British population and is associated with an a, antitrypsin serum activity roughly 60% of the normal value.' Studies to assess the risk of lung disease in subjects with this phenotype have differed in their conclusions. Subjects with the PiMZ phenotype who smoke have been reported to be more likely to develop clinically important lung disease than those with the phenotype who do not smoke and those with the PiMM phenotype who do.2 It has also been concluded, however, that subjects with the PiMZ phenotype do not have a predisposition for developing severe pulmonary disease.3 A necropsy study suggested that the PiMZ phenotype predisposes to both liver and lung disease. 4 Our patient was most unusual in that she developed emphysema before the age of 31. She also had evidence of hepatic cirrhosis, for which no aetiological reason was found. Although there is a clearly established association between homozygous Z deficiency and cirrhosis, the risk in subjects with the PiMZ phenotype is less clear.4 I This report supports the argument that the PiMZ phenotype is causally related to severe chronic lung and liver disease. We must, however, concede that this patient's three sisters, all of whom had the PiMZ phenotype and appropriately reduced concentrations and activities of a, antitrypsin (table), had normal chest radiographs, lung volumes, transfer factors, liver function, and resting heart rates. A relation between complete heart block and a, antitrypsin deficiency has not been described before, and such an association in this patient can be only conjectural.
